Family History.-No history of fits or nervous disease. The patient is the fourth of six children, his brothers and sisters are normal. Both parents are alive and healthy. Previous illness-measles early in 1926. Examination.-He is completely blind; speech mumbling and indistinct. Bilateral optiec a.trophy and extensive star-shaped scarring at each macula (see illustration); no pigmentary speckling of the retina. Both knee-jerks are absent, the nervous system appears otherwise unaffected. Wassermann reaction: negative. Cerebro-spinal fluid: clear, albumin 004 per cent., chlorides 7-6 grm. per litre. No cells seen. Culture sterile.
The diagnosis is in doubt for two reasons. In Batten's original description, in 1897, he applied the term "familial," but this boy is the only member of his family affected. Dr. Batten also described pigmentary changes at the macula, but although in this patient the macula shows scarring, there is no disturbance in the pigment. Loss of vision was first noticed after an attack of measles, and the question arises whether there was any relation between the measles and the onset of the changes in the eyes.
Di8cu88ion.-Dr. F. PARKES WEBER said that, as the case was not typical, it might conceivably be due to a very rare cerebral condition, namely, tuberous sclerosis, in spite of the absence of sebaceous adenomata of the face. Bilateral optic atrophy might occur in children with tuberous sclerosis.
Mr. P. G. DOYNE said the appearance of the macula in this case was not like that ordinarily seen in cerebro-macular degeneration. A very extensive lesion must have been present as there was marked scarring right across the macula.
Progeria.
By CHARLES F. HARRIS, M.B. (for Dr. ROBERT HUTOHISON).
A. W., AGED 4 years 3 months, male. Family History.-The parents, aged 36 and 32 years, are alive and apparently healthy. There is one other child who appears normal.
Past History.-Full-term child. Difficult delivery. Healthy infancy. From the time of his birth he has had a muco-purulent nasal discharge and for this he was sent to hospital.
Present Condition.-The child's bair has always been scanty. His skin has been dry and his mother has never known him to sweat. His teeth erupted latethe upper premolars when he was three and the upper incisors at about his fourth birthday.
Examination.-The scalp moves very little on the skull. The hair is fine and scanty. The skin of the head and whole body is dry. The erupted teeth are two malformed upper incisors and two upper premolars. Two unerupted lower canines can be seen. Skiagrams of the jaws show one lower premolar in addition.
Apart from some cervical adenitis, nothing else abnormal has been found about the child. The Wassermann reaction is negative. A section of a piece of skin from the right axilla shows neitber sweat glands nor ducts. The case differs from the classical examples of progeria, but it seemed to us nearer to that than to any other condition we know.
Discussion.-I r. E. A. COCKAYNE said that some years ago he had shown a similar case at a meeting of this Section, in a boy so like this patient that he might have been his brother. He had had fine, scanty, fair hair, a dry skin and never sweated. The first teeth were few and very sharp-pointed, and there were no second teeth in the jaw. Several cases had been described under various titles, chiefly in dental journals, and in two at least the skin had been examined microscopically and no sweat glands had been found. The condition appeared to be a definite entity and deserved a name.
Dr. F. PARKES WEBER agreed with Dr. Cockayne that the case was not one of " progeria," but one of hypoplasia or partial aplasia of dentition, associated with hypoplasia or aplasia of sweat glands and scanty hair of head. Such cases had been described in medical journals amongst abnormalities of the teeth or amongst diseases of childreni, or else amongst dermatological cases,' in connexion with abnormalities of the skin and hair, or because the nails (or some of them) were absent or hypoplastic. In the present case it would be interesting to know whether the sebaceous glands or fine hair of the trunk were in any way also abnormal, and how the alleged absence of flushing might be explained. The developmental abnormality in the present case, if a special name were really needed, might be taken from the name of the observer who first properly described similar cases. I Under the heading "Congenital Ectodermal Defect," G. M. MacKee and G. C. Andrews (Arch. Derm. and Syph., 1924, x, 673) described a condition characterized by more or less dental aplasia, congenital absence of sweat glands, absence of pilosebaceous apparatus over most of the body, etc. J. Strandberg (Acta Dermato-Venereologica, 1922, iii, 650) described a conditioni of dental hypoplasia associated with the rare abinormality of the hair, termed " monilithrix." Gross Enlargement of the Liver. History.-The patient was admitted to St. Thomas's Hospital, under Dr. Jewesbury, on September 29, 1927, on account of unexplained enlargement of the liver. She is the first child of healthy parents. On admission: the liver was found to be urmily enlarged down to the level of the umbilicius. No glands were palpable id nothing else abnormal was found in the abdomen.
Examnnation.-Abdomen measures 21 in. in circumference. On the right the liver extends into the pelvis so that its lower edge cannot be felt. Another mass has been palpable under the left costal margin for the past week (? kidney). Wassermann reaction in mother and child is negative. Blood-count shows a slight degree of secondary anaemia. The urine has been normal throughout and the child has gained 12 oz. in. weight.
The liver was enlarged since the patient was first seen; one could practically watch it grow. Nothing else abnormal was found until a week ago, and then a mass was palpable under the left costal margin. I suggest, as a tentative diagnosis, a primary new growth of the kidney, with a rapidly growing secondary deposit in the liver. Possibly the mass under the left costal margin is a spleen displaced by pressure of the liver.
Dr. E. A. COCKAYNE said he thought this was a case of suprarenal sarcoma (Pepper type).
Pepper had described several cases very similar in clinical characters. All occurred in young babies and were rapidly fatal. At the autopsies a sarcoma of one or both suprarenal glands was found, and there were metastases in the liver but nowhere else. The mass on the left side was probably the primary growth in the suprarenal and not a growth in the kidney.
